We report the case of a 61-year old woman presented with a voluminous centro-pelvic mass (22 × 17 cm), hydrothorax and ascites. Serum CA-125 was high (11,000 UI/ml). An explorative laparotomy located the mass between the rectum and the posterior wall of the uterus. The histological examination showed a primitive peritoneal tumor with serous and endometrioid differentiations. There was a left ovarian metastasis and both peritoneal and pleural liquids revealed no sign of malignancy. After the incomplete surgery, the hydrothorax and ascites decreased considerably. This association of Pseudo-Meigs' syndrome with primitive peritoneal tumor is uncommon. To our knowledge this is the first case described through a Medline search.
INTRODUCTION
Pseudo-Meigs' syndrome is the association of an ovarian tumor with benign ascites and hydrothorax. The ovarian tumors include all benign ovarian tumors, other than ovarian fibromas, and all malignant ovarian tumors, either primitive tumor or metastasis from mostly gastrointestinal cancers. An important criterion is that the effusions have to disappear after the removal of the tumor.
In this case report, we present the association of Pseudo-Meigs' syndrome with primitive peritoneal tumor which has not previously been described. We will also review the different etiologies and the physiopathology of Pseudo-Meigs' syndrome.
CASE REPORT
In June 2010, a 61-year old female patient was sent to us with suspicion of VIN3. She had had her menopause at the age of 55 and she was not taking any hormonal substitutive treatment. She was receiving treatment for diabetes and hypertension, both were stable.
On vulvar resection, the pathologist found a moderately differentiated microinvasive epidermoid carcinoma without extension. This was classified pT1bNx and the decision was a strict follow-up.
Seven months later, the patient related breathlessness. A right hydrothorax was found at the imagery (Figure 1) and also a large centro-pelvic mass (22 × 17 cm) that seemed to come from the ovaries (Figure 2) , with a left inguinal adenopathy (2 × 3 cm) and a left renal adenopathy (15 mm). The pleural liquid was exsudative and no malignant cells were found. At the biology, there was no inflammatory syndrome and the serum CA 125 was high (11,000 UI/ml). The CEA was negative. An explorative laparotomy was then carried out and revealed a heterogeneous cystic centro-pelvic mass located between the rectum and the posterior wall of the uterus and attached to the digestive peritoneum. This mass and the left ovary were resected and biopsies of both lateral paracolic gutters and endometrium were performed. The per-operative analysis of the mass wasn't able to differentiate an ovarian, peritoneal or digestive tumor so that no digestive resection was performed. There were no malignant cells in the peritoneal cytology. A complete histology showed a primitive peritoneal carcinoma with patterns of serous (positive CA 125) and endometrioid (positive CA 19.9) differentiations. The pathology of the left ovary revealed invasive implants of the peritoneal carcinoma with lymphovascular emboles. There was no more extension.
During the same surgery, a left inguinal adenopathy was resected and showed a metastasis of the previous vulvar carcinoma. Six days after surgery, the hydrothorax and the serum CA 125 decreased considerably (CA 125 at 2970 U/ml and CA 15.3 at 56 U/ml). Because of the multiplicity of the lesions, a PET CT was performed. It revealed the rest of the centro-pelvic mass and other hypermetabolic lesions: para-aortic (L2) retroperitoneal adenopathies. A discrete pleural effusion remained. The therapeutic proposal was to begin with 6 cures of chemotherapy (Carboplatine 750 mg -Paclitaxel 280 mg) followed by a second larger surgery. The pleural and peritoneal effusion completely disappeared after three cures and after the sixth cure, the CA-125 had become negative (CA 125 at 14 U/ml). The second surgical intervention was then performed and failed to reveal any macroscopic lesions. The debulcking surgery consisted in hysterectomy, right annexectomy, pelvic lymphadenectomy and omentectomy. The pathology only showed a small residual tumor on left utero-sacral ligament, the debulcking was optimal. There was no need of adjuvant therapy and the decision was a strict follow-up.
DISCUSSION
The association of ovarian tumor, hydrothorax and ascites were first described in 1887 by Demon [1] . In 1937, Meigs rediscovered this association and limited it to the ovarian fibromas [2] whereas Demon included all benign ovarian tumors and fibromas of the broad ligament. However, the essential elements of Meigs' and Demon's syndrome were that the effusions had to disappear after the removal of the tumor and that the effusions had to have strict characteristics (sterile cultures and negative cytology) [3] .
Many cases of malignant tumors have been described in association with benign chest and abdominal effusions. The term Pseudo-Meigs' syndrome includes all benign (other than fibromas) and malignant ovarian tumors or ovarian metastasis [3] . They are mostly from gastro-intestinal (colo-rectal and gastric) cancers [4] but also from breast [5] , renal cancers [6] and peritoneal gliomatosis [7] . The syndrome has also been reported in a few cases of leiomyomas of the uterus [8] and of the broad ligament [9] .
The aetiology of the effusion is unknown but many hypotheses have been presented: the liquid can be either exudative or transudative. The main explanation for the transudation is that the pressure on the lymphatics in the tumor causes the fluid to escape through the superficial lymphatic vessels of the tumor. The ascitic fluid is then transferred to pleural space via transdiaphragmatic lymphatic channels. A hypothesis for exudation is that mediators produced by the tumor lead to increased vascular permeability. Another is that the peritoneal irritation by the tumor stimulates the production of peritoneal fluid [10] .
In the present case, the patient presented a centro-pelvic mass and a small ovarian metastasis from primitive peritoneal tumor with a large pleural effusion and small amount of ascites. The diagnostic of Pseudo-Meigs syndrome is uncertain. Indeed, no malignant cells were found at the cytology but a pleural biopsy wasn't performed to confirm the benignity of the effusion. The fact that hydrothorax and ascites decreased considerably after the first incomplete surgery suggests that this is indeed a case of Pseudo-Meigs' syndrome.
The association of Pseudo-Meigs' syndrome with primitive peritoneal tumor is rare. To our knowledge this is the first case described.
